Psoriasis: An Unusual Autoimmune Manifestation in a Boy with Common Variable Immunodeficiency
Sir, Common variable immunodeficiency (CVID) is the most common clinically significant primary immune deficiency and predisposes an individual to recurrent infections, inflammatory and autoimmune complications. We report psoriasis as an associated autoimmune disorder in an adolescent boy with CVID and also emphasize the role of immunoglobulin replacement therapy in its management.
A 13-year-old boy was symptomatic since the age of 2 years. He had had recurrent episodes of pneumonia and otitis media. He presented to us at the age of 10 years with an episode of community-acquired pneumonia. After ruling out human immunodeficiency virus (HIV) infection, he was evaluated for an underlying primary immunodeficiency. Results of his investigations are given in Table 1 . His overall clinical and immunologic profile was suggestive of CVID. CD81, CD19, B cell activating factor receptor (BAFF-R) protein expression on B cells, and inducible co-stimulator (ICOS) expression on T cells were normal. No mutation was detected in the transmembrane activator and calcium-modulator and cyclophilin ligand interactor (TACI). He was initiated on cotrimoxazole prophylaxis and parents were counselled for immunoglobulin replacement therapy.
At the age of 13 years, he presented with erythematous, painless, and nonitchy skin lesions, noticed for last 6 months. On examination, there were well-defined erythematous plaques with fine silvery scales on the surface distributed all over the body [ Figures 1a and  b] . The morphology of lesions was consistent with psoriasis vulgaris. Histopathology showed hyperkeratosis, parakeratosis, and acanthotic epidermis with focal loss of granular cell layer and a pustule in the parakeratotic layer along with focal spongiosis. His psoriasis area severity index (PASI) was 31. Topical coal tar, emollients, and oral acitretin were initiated. He was also treated with 15 gm of intravenous immunoglobulin (IVIG) replacement therapy which was repeated every 4 weeks. There was significant improvement in psoriasis and majority of the lesions disappeared in the next 2 months [ Figure 1c and d]. At present, he is being given immunoglobulin replacement therapy every 4 weeks; lesions of psoriasis have healed completely and had no new infections in the last 6 months.
Autoimmunity in CVID has been reported in up to 20-30% of patients, with hemolytic anemia and thrombocytopenia being the most common manifestations. [1] There is no well-known mechanism for the development of autoimmunity in CVID; however, the role of genetic factors and various cellular mechanisms have been proposed. [2] Vitiligo, lichen planus, alopecia, and psoriasis are the most common autoimmune skin diseases in CVID. [1, 2] Psoriasis is an autoimmune skin disorder characterized by keratinocytes proliferation and abnormal differentiation. Among the various subtypes, plaque psoriasis (psoriasis vulgaris) is most frequent. [3] Psoriasis is not a common autoimmune manifestation in CVID and has been reported to be seen in less than 1% of patients. [2, 4] This association has not been reported previously from India. In general, therapy for psoriasis depends on its type, extent of disease, and site of involvement and involves both topical as well as systemic therapy. [4] Recently, biological agents and high dose immunoglobulins have also been demonstrated to be helpful in refractory psoriasis cases. [3, 5] The mechanism by which IVIG improves autoimmunity in CVID has been found to be due to the modulation of function of regulatory T cells, B cells, dendritic cells, and NK cells. [6, 7] Index child was initiated on IVIG replacement therapy and has shown marked improvement in psoriasis. We emphasize that IVIG replacement therapy has a significant role in the management of psoriasis in CVID patients.
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The Whiplash Rash
Sir, A 16-year-old female presented with high grade fever, associated with evening spike, persistent itchy lesions on body, and acute pain in shoulder, knee, and ankle joints for 3 weeks. She was hospitalized to evaluate the cause of her fever and polyarthralgia. Dermatological examination revealed reddish brown and violaceous patches with few scaly or crusted lichenoid papules and plaques widely distributed on the abdomen, back [ Figures 1 and 2] , and proximal upper extremities. Lesions were intensely pruritic and appeared flagellate or bizarre due to scratching. Hair, nails, and mucous membranes were normal. She was also found to have cervical lymphadenopathy and a moderate grade splenomegaly. Routine investigations were suggestive of anemia, leukocytosis, a raised erythrocyte sedimentation rate (ESR), a deranged hepatic profile and a very high serum ferritin level (>4000µg/l). A detailed fever profile was done to rule out any infectious cause. Her anti-nuclear antibody (ANA) and Rheumatoid arthritis factor (RF) were negative. Histopathological examination [ Figure 3 ] revealed focal vacuolization, multiple discrete necrotic epidermal keratinocytes, and a mixed superficial perivascular dermal infiltrate. Characteristic lichenoid pruritic bizarre rash, clinical, laboratory findings, and histopathology assisted in establishing the diagnosis of Adult Onset Still's Disease (AOSD).
When features of juvenile rheumatoid arthritis (JRA) syndrome appear in adults, it is referred to as AOSD, as coined by Bywaters. [1] It is a systemic inflammatory disorder characterized by high fever, arthralgia, rash, and variable systemic features. Cases of AOSD are diagnosed based on Yamaguchi and Ohta criteria, [2] which include high intermittent fever, arthralgia, typical rash and leukocytosis as the major ones whereas sore throat, lymphadenopathy and/or splenomegaly, liver dysfunction, negative ANA, and RA factor constitute the minor criteria. Five or more criteria including two major ones should be present to make the definitive diagnosis. Serum ferritin levels, as in our case, are much higher in AOSD and hemophagocytic syndrome as compared to other autoimmune or inflammatory disorders. A dermatologist must consider AOSD in a febrile illness with rash if the serum ferritin is >1000µg/l. [3] Though known for its classic, salmon-pink, evanescent rash, recent literature on AOSD describes more of atypical eruptions; approximately 29-78% cases are commonly referred to as "persistent pruritic eruptions". [4] They may be urticarial, lichenoid, dermographism-like, dermatomyosistis-like, prurigo pigmentosa-like or lichen amyloidosis-like. Rarely reported are acneiform, eczematoid, peau'd orange-like or vesicopustular eruptions. [1] 
